Linear IgA disease and oesophageal carcinoma
The patient received palliative treatment with radiotherapy and her skin condition remained quiescent on dapsone. She died in December 1984and permission for autopsy was not obtained. 0141 Linear IgA disease is a cutaneous bullous condition that, despite its rarity, has provoked considerable discussion!" 3. Most authorities regard it as a variant of dermatitis herpetiformis (DH), although some workers have viewed it as a form of pemphigoid". Like classical DH, however, it does respond to dapsone. Since at least 1909,cutaneous bullous disorders (such as classical DH) have been known to be associated on occasions with an increased risk of developing internal malignant disease". Preliminary results from a major study that investigated the incidence of malignant neoplasia in DH sufferers, and in which a small number of cases oflinear IgA disease (8 in total) were encountered, lent support to the hypothesis that, as is the situation with classical DH, patients with linear IgA disease may have an increased risk of developing neoplastic Iesions", A case is now reported in which a patient developed squamous carcinoma of the oesophagus 15 months after a diagnosis of linear IgA disease had been established.
Case report
In December 1982, a 68-year·old white woman presented with a 48-month history of an intermittent pruritic rash with frank blister formation. Systemic enquiry was unremarkable and she was taking no medications or alcohol. She smoked 10 cigarettes per day. Her only significant past medical history was an appendicectomy and a cholecystectomy for gallstoneassociated cholecystitis.
On examination, she was a fit-looking well nourished woman with numerous small, tense, fluidfilled, cutaneous bullae present, distributed mainly over her upper arms, shoulders and back. Skin biopsy revealed subepidermal bullae with a few eosinophils and lymphocytes present, and direct immunofluorescence studies demonstrated the presence of a fine linear band ofIgA and patchy deposition of C 3 at the dermal-epidermal junction, consistent with a diagnosis of linear IgA disease. An attempted Crosby capsule biopsy of the small intestinal mucosa was unsuccessful. However, there was no biochemical or haematological evidence of malabsorption and there was no evidence of anaemia (haemoglobin 15.6 gldl, mean corpuscular volume 89.5 fl).
The patient's rash responded to dapsone 100mg daily and she remained trouble-free for 15 months until she was admitted to hospital in March 1984with a 5-week history of dysphagia and weight loss. A barium swallow examination revealed a carcinomatous stricture of the middle third of the oesophagus, and subsequent biopsy revealed the histology to be that of a well-differentiated squamous cell carcinoma. On this occasion her haemoglobin was 16.3 gldl and her mean corpuscular volume was 92.8 fl.
Discussion
Linear IgA disease is a chronic pruritic subepidermal bullous skin disorder which, although clinically indistinguishable from classical DH\ exhibits immunopathological differences in that IgA is found deposited in a linear pattern along the basement membrane zone of the skin rather than in the granular distribution characteristic ofclassical DHI -3. As with both the classical2,4-S and other, atypical", forms of DH, suggestions have been advanced that linear IgA disease may be a cutaneous marker of visceral malignancy-,
In two-thirds of cases classical DH is found in association with duodenojejunal villous atrophy, indistinguishable from that seen in gluten-sensitive enteropathy (GSE)!O, and GSE is known to predispose to malignancy, particularly oesophageal cancer! 1,12. However, it would appear that linear IgA disease is not associated with duodenojejunal villous atrophy''; small bowel biopsy was unfortunately unsuccessful in this patient. In the major study by Leonard et al, 2 in which the incidence of neoplastic disease in DH sufferers was investigated, 8 cases of linear IgA disease were encountered and 3 of this subgroup ultimately developed malignancies: one was diagnosed as having carcinoma of the bladder, a second developed an intraocular malignant melanoma, and the third ultimately presented with a mixed centrocytic and centroblastic lymphoma. The authors suggested that this represented an increased risk for patients with linear IgA disease of developing cancer. The mean time from the initial development of the blistering rash to the presentation of the neoplastic disorder in these 3 cases was 60 months", which compares well with approximately 63 months in the present case.
In an extensive study in Denmark by Mosbech and Videbaek'P, a control population of 2572 subjects yielded 13 cases of carcinoma of the oesophagus (an incidence of one in 200), and there was a significant sex difference with a marked male preponderance (5 males to 1 female) suggesting that, with an incidence in females of 1 in 1200, the tumour is comparatively rare among Caucasian females.
The present case supports the assertion by Leonard et al. 2 that linear IgA disease is a cutaneous marker of malignant disease. We report a patient with Crohn's disease who developed metastatic cutaneous lesions and granulomatous cheilitis, two rare cutaneous manifestations ofCrohn's disease.
Case report
A 15-year-old boy presented in 1980with pronounced swelling of his lower lip. A biopsy of the lip showed the corium to be infiltrated with chronic inflammatory cells and there were multiple foci of epithelioid granulomas which contained Langhans' giant cells. The clinical and histological features were thought to be compatible with either oral Crohn's disease or the Melkersson-Rosenthal syndrome. As the patient was asymptomatic and the swelling of the lip had decreased spontaneously, no further investigations were carried out. He represented in October 1983 with a rash on his lower legs. For nine months he had had weight loss, diarrhoea and abdominal pain. Examination showed purple, crusted nodules on the lower leg ( Figure 1) . The patient was also noted to have an anal fissure. Investigations showed a haemoglobin of 13.0g/100 ml, ESR of 50 mm in one hour, normal chest X-ray and a negative Mantoux test (100units PPD). A barium meal and follow through showed coarsening of the mucosal pattern in the terminal ileum. A barium enema showed spasm of all segments of the colon and coarsening of the mucosal pattern. Although the X-ray appearances were compatible with either ulcerative colitis or Crohn's disease, the extent of the small bowel involvement favoured a diagnosis of Crohn's disease. A skin biopsy from the leg showed non-caseating granulomas within the dermis (Figure 2) , extending into the subcutaneous fat; some of the granulomas were arranged perivascu-larly and others periadnexally. The vessels which were surrounded by granulomas showed vasculitic changes. An area of eosinophilic necrosis of collagen was present in the mid-dermis and was surrounded by non-caseating granulomas. Special stains and cultures for organisms were negative.
The patient was treated with prednisolone 40 mg and sulphasalazine 1 g four times daily. His bowel symptoms rapidly improved and the skin nodules healed over a period of months. In October 1984, whilst the patient was taking prednisolone 10mg, his bowel disease relapsed and he developed further nodules on his legs. The prednisolone was increased to 30 mg daily and the skin nodules healed in two months.
Discussion
This patient developed two rare cutaneous manifestations of Crohn's disease: metastatic Crohn's disease and granulomatous cheilitis. The dermatological manifestations of Crohn's disease can be Case presented to Section of Dermatology, 20June 1985 0141·0768{87{ 010049-o3/S02.00/0 c1987 The Royal Society of Medicine
